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[naBHbIM perynatopom ¢pochopHo-KanbLeBoro
obMeHa ABNAETCA MapaTUPeOoUaHbIi FOPMOH (na-
patropmoH, MTr). HegoctatouHoctb MTI unu pe-
3NCTEHTHOCTb TKaHel K ero [eicTBuio NpuBOAUT
K pa3BMTMIO rMmonapaTupeosa, XapakTepusyio-
Lierocs runokanbumemven n runeppocdaremmei.
Hanbonee uacto BcTpevaeTca nocneonepaLyioH-
HbIl runonapaTupeos, obyClIOBEHHbIN NoBpe-
XKAEHWEM WNU  yAaneHWEM OKOJOLUTOBUAHbIX
Xenes, HapylLeHeM NX KPOBOCHabXeHNA B xofe
XMPYpruyeckoro BMmellaTenbcTBa B obnactn
Lewn, B OCHOBHOM Mo MoBoAy 3aboneBaHuii Ly-
TOBUJHOW Xene3bl. Bropasa no pacnpocTpaHeH-
HocTu ¢opma 3aboneBaHusA, ob6ycnoBieHHas
MMMYHOOMOCPEeA0BaHHbIM pa3pyLleHneM KNeTok
OKOJIOLMTOBUIHBIX »Kefle3, — ayTOMMMYHHbIV TU1-
nonapatupeos. K 6onee peaknm npnyvHam rvumno-
napaTmpeosa OTHOCAT pasfNyHble reHeTh4eckne
HapyleHus, AedeKTbl MUTOXOHAPWANBHOTO re-
HOMa, runomarHnemmio. OCHOBHble KVMHUYecKue
NPOAB/IEHNA runonapaTMpeosa 0b6YC/NOBMEHDI
runokanbunemmen n runepdpochatemment, npu-
BOAALWMMUN K YBENMYEHWNIO HEPBHO-MbILLEYHON
BO30yAMMOCTU 1 obLiell BereTaTUBHON peaKTuB-
HOCTW, U BKJTIOYaIOT B Ce6A napectesunmn B akpasb-
HbIX obnacTtax, ¢ubpunnApHbIe NoAepruBaHNA,
TOHWYeCKMe CyAopOoru, lapyHro- n 6poHxocnasm,
HeBpo3bl. [lpoABieHne 3TMX CMMNTOMOB TECHO
CBA3aHO C YPOBHEM KasbLiUA B CbIBOPOTKE KPOBU;
cTeneHb WX BbIPaXEHHOCTU 3aBUCUT OT TAXKECTM
runokanbumemun. JlabopaTopHbIMK MOKa3saTena-
MW, MOATBEPXKAAIOLWMMI MarHo3 runonapaTupe-
033, ABNATCA rMnoKanbunemus, runepdocdare-
MUA, CHUKeHne ypoBHaA NMTI B CbiIBOPOTKE KPOBMU.

JleyeHne runonapaTupeosa noppaspensaeTca Ha
KynvpoBaHUWe TeTaHNYeCKoro runokanbLuuemmye-
CKOro Kpu3a 1 noafep»uatoLlyio Tepanuio. [ina
KYNnvpoBaHUA OCTPON  rMnoKasbLuemMmn Wc-
nosib3yloT BHYTPVWBEHHOE BBefEeHNEe [JIIOKOHa-
Ta KanbuuWA C OAHOBPEMEHHbIM Ha3HauyeHuem
npenapaToB KanbLuA 1 akTUBHbIX MeTabonuTos.
CraHpapTHaa Tepanua XPOHWYECKOro runonapa-
TUpeo3a BKJIloYaeT B cebAa nepopasibHoe nprime-
HeHune cone KanbLua N aKTUBHbIX MeTabonnTos/
aHanoros BUTamuHa D 1 HanpaBneHa Ha nogaep-
XaHue 6anaHca Mexay OnTNManbHON HU3KOHOP-
MasibHON KOHLEHTPaLMel KanbLuua B CbIBOPOTKe
KPOBU U HOpMOKanbLunypuei. MoBbilleHre 3Kc-
KpeLun Kanbunsa € MOYOI 4acTo HeJoOLleHMBaeT-
CA cneumanucTamm, XoTa runepKanbLuuypua Mo-
XKeT NPUBOANTL K Pa3BUTUIO TAXKENOW MoYeyHow
naTtoniornn — HeppoKanbLHO3a U HepponuTrasa.
[MnonapaTnpeos — ogHa M3 HEMHOIMX SHAOKPW-
HoMaTuin, ANA KOTOPbIX 3aMeCcTuTenbHaA Tepanua
PEKOMOVHAHTHBIM MapaTropMOHOM MOKa He Ha-
Wwna LMPOKOro MpUMeHeHns. 3amecTuTeNbHasA
Tepanua npenapatamu PeKoMOUHAHTHOrO Yeso-
Beyeckoro Tl - nepcnekTMBHOe HanpaBneHuve,
0CO6EHHO B TAXKENbIX KNMHUYECKNX ClyYanX, ped-
paKTepHbIX K TPaANLIMOHHON Tepanuu.

KnioueBble cnoBa: runonapatMpeos, nceBAo-
runonapaTupeos, MapaTMpPeoUAHbI  FTOPMOH,
runokanbumemus, runepdocharemus, pekomom-
HaHTHbIA YenoBeyecKU MapaTUPEOUIHbIN rop-
MOH 1-84
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UIIONApaTUpeo3 — COCTOsAHME, XapaKTepusy-
Iolleecs CHUXKEHHOM IPOAYKIMeEN IIapaTupe-
oupHoro ropmoHa (ITTT) okonomUTOBUIHLI-
MU XKeJIe3aMM VU Pe3UCTeHTHOCTBIO TKaHel

K €ro [IefiCTBUIO, YTO NPUBOJUT K PAa3IMYHBIM Ha-

pYylIeHNUsAM, Ipexzie Bcero $pocopHO-KamblieBOro

obMeHa.

[TapatupeonpgHelit TOPMOH (IapaTrOpPMOH) -
IJIaBHBIIT perynsaTop obMeHa kanpuus u ¢pocdopa -
IpefiCTaBIIsAeT OO0 OTHOLETIOYeYHBII ITONTUIIENI T
n3 84 aMMHOKMCIOTHBIX OCTaTKOB. Ero meiicTBme
HaIpaBJIeHO Ha IIOBBIIIEHMEe KOHIIEHTPALNM MOHOB
KaJbIMs M CHIDKEHMe KOHIeHTpauuu d¢ocdaros
B IU1a3Me KpoBu. B cBoro ouepenp, cexpenns IITT
perynmpyercs 3a c4eT BO3[e/ICTBIA MOHOB KaJIbLIV
Ha G-6e0K KaJlbIUITYYBCTBUTENBHOTO PeleNTopa
(calcium-sensing receptor - CASR), mokann3oBaHHO-
ro Ha MeMOpaHe KJIeTOK OKOJIOIMTOBUIHBIX XKeTle3.
I'mmoxanpryieMns OPUBOAUT K YCUIEHUIO CEKpelyn
ITTT, runepkanpuyueMus — K CHUXKEHUIO €TO BBIpa-
6o01kM (1, 2].

OcHoBHBIMM oOpraHamyu-mumeHammn pnsa ITTT
CTAHOBSATCA MOYKY U KOCTHasA TKaHb. B opranax-mu-
IICHAX JIOKa/lIN30BaHbl ClleNU(uyecKye pelenTOph
PTH/PTHrP, xotopble BsammopeiicTsytor ¢ IITT,
BCJIE[ICTBUE YerO0 MHULUUPYETCS KACKaX COOBITHMIL
C aKTMBalMell afleHMIaTUMKIa3bl. BHYTpM KaeTku
BO3pacTaeT KOHLEHTPAVA MOJEKY/ IUKINIeCKOTO
afleHO3MHMOHOQOCPaTa, [eiicTBUe KOTOPBIX CTH-
MY/IUpyeT MOOMIM3ALNI0 MOHOB KajabLUs U3 BHY-
TPUK/IETOYHBIX 3amacoB. B moukax ITTT peitcTByeT
IpEeUMYILIeCTBEHHO B BOCXOZAIIEM OTfee IeTIN
l'enne u pycTanbHBIX M3BUTHIX KaHanbax. IITT yse-
MMYMBaeT peabcopOIMI0 Kamblysa IIyTeM YBeIu-
genusi aktuBHoctu Ca’*-afeHosuHTpUdOCHaTa3k!
n Na*-Ca®*-nIpoTHBOTOKa, a TaKXe IIOCPefiCTBOM
CTUMYNALMM 10-TUPOKCHUIA3EI M CMHTE3a KalbLU-
Tpuona. B koctHol Tkanu penentopsl PTH/PTHrP
JIOKa/IM30BaHbl Ha OCTe0OIACTaX U OCTEOLNTaX, HO
OTCYTCTBYIOT Ha OCTEOKJIAacTax. TeM He MeHee IIpU
nosbinteHyy ypoBHA IITT mpomcxoput akruBanus
OCTEOKJIACTOB U YCUIMBAETCsl pe30pOLust KOCTHOI
tkaHu. IOror addexr ITTT omocpenyercs ocreo-
6macramm: mop, BiausHueM IITT crumymupyercs
ceKpelys MHCYIMHOIOZOOHOro ¢akropa pocra 1
U IUTOKVHOB (MHTepleiikMHa-1 M IpaHyIOLUTap-
HO-MaKpo(arajbHOr0  KOJIOHUECTUMYIUPYIOLIETO
¢dakTopa), KOTOpbIe aKTUBUPYIOT OCTEOKIACTHI [2—4].

Eme opwn BaxHeimmii perymstop ¢ocdop-
HO-KaJIbIIMeBoro obMeHa — Kanpuurpuoin. Ilogo6Ho
APYIMM CTepOMIHBIM TOPMOHAaM, OH CBS3BIBAaeTCH
C BHYTPUKJIETOYHBIM PeLlelITOPOM KJIETKU-MUILIEHM.
Ob6pasyeTcst KOMITTIEKC <TOPMOH — PeLieNTOp», KOTO-
PbLil B3aMMOZEIICTBYET C XPOMAaTVHOM U MHIYLIMPYeT
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TPAHCKPUIILNIO CTPYKTYPHBIX F€HOB, B Pe3y/bTare
4ero CUHTE3UPYIOTCS GeNKy, ONOCpenyoline Hei-
CTBME KaJAbLUTPHONA. B aHTeporMTax KambLUTpH-
o uHAynupyer cunrte3 Ca’ -mepeHocAnx 6enKos,
obecreunBamUINX peabCoOpOIMI0 MOHOB KajbIINs
" GocdaToB U3 MOMOCTY KUIIETHNKA B SMIUTEINATID-
HYIO K/IETKY KMIIeYHMKa. [lajiee KaJbIUTPIOT KOH-
TPOMMPYET TPAHCIIOPT MOHOB KaabLiusl U3 KIETKU
B KpOBb. brarogapst 5ToMy nx KOHIIEHTpaLysi BO BHe-
KJIETOYHOI XXUAKOCTU MOALEP>KUBAETCS Ha YPOBHE,
HEeOOXOMMOM JI/Isi MUHEPATN3ALNY OPTaHUIECKOTO
MaTpMUKCa KOCTHOJM TKaHU. B IOYKax KambLUTpUON
CcTUMYyNupyeT peabcopOruio MOHOB KaabLus U (oc-
daros [2-4].

B xanbijueBoM 06MeHe TaKKe Y9aCTBYeT KajIbLii-
TOHVH — NOJMUIENTHU], COCTOAIMI U3 32 aMMHOKNC-
JIOTHBIX OCTATKOB C OZHOM AUCYIb(QUIHON CBA3BIO.
TopmoH cekperupyercss mnapadONINKYIsIPHBIMU
KJIeTKaMI UM TOBUAHO >Kere3bl  C-KIeTKaMu OKO-
JIOLIMTOBYUHBIX XeJle3 B BI/ie BBICOKOMOIEKY/ISIPHO-
ro Oenka-npepuiecTBeHHMKa. CeKperus KanbLuTo-
HUHA BO3pacTaeT MPU MOBBIIIEHNN CHIBOPOTOYHOI
KOHLIEHTPALMM KanbLUus ¥, HA0O0POT, yMeHbIIaeT-
Cs1 IPU €T0 CHYDKeHUM. KapIMTOHNH — aHTaTOHMCT
[apaTTOpMOHa, OH MHTMOMPYeT BBICBOOOXKIeHME
Ca? u3 KOCTH, CHM>Kasi aKTUBHOCTb OCTEOK/IaCTOB.
Kpome TOro, KanpLUTOHMH IOJABIAET KaHa/blie-
BYI0 peabcopOIMio IOHOB Kanblyus B IIOYKaX, TeM
CaMBbIM CTUMY/IMPYSI X 9KCKPEJUI0 IOYKaMI C MO-
voit [4].

nnuaemMnonorna n aTmonorna

ITocnepHne maHHBIE O PACHpPOCTPAHEHHOCTU T'UIIO-
Haparupeo3sa IpefCcTaB/IeHbl B KPYITHOM JaTCKOM JIC-
cnenoBauum (06¢cmemoBano 2000 yenoBeK), COrMACHO
pesy/bTaTaM KOTOPOTO 4acTOTa COCTaB/IseT OKOJIO
22 cnyvaeB Ha 100000 Hacenenus B rof. OCHOBHOe
MeCTO Cpefi)i NPUYMH TUIIONApaTNpeo3a 3aHUMAIOT
HOC/IeOTIepaLiMOHHbIe HapylIeHusa GYHKLINUM OKOTIO-
M TOBUIHBIX >Kesle3. [lpyrye popMbl runonapaTupe-
032 BCTPEYAIOTCS 3HAYUTENBHO pexxe — B 8% HabIio-
menuit (2/100000 nHacenmenus) [5]. IlpencraBmeHHbIe
IaHHBIE COITIACYIOTCA C pe3y/IbTaTaMyl SINIeMIOTIO-
TMYECKOTO MCCIeJJOBAaHMSI aMEPUKAHCKON IOMYJs-
yuu. PactipocTpaHeHHOCTDb 3a007IeBaHMST COCTaBUIA
okoro 37 cny4aes Ha 100000 Hacenenus ¢ npeobna-
IaHMeM [OC/IeONnepalIOHHOr0 TUIIoapaTupeosa [6].
B Poccun mopgoOHBIX HaHHBIX HET B CBASY C OTCYT-
CTBUEM CKPMHMHIA TUIIOKATbIIVIEMUN.

[NocneonepaumnoHHbIi rvnonapaTnpeos

Haubomee wgacto BcTpeyaeTcss TUIOMapaTUpe-
03, 06YCTIOBTICHHI)II7[ MOBpEXIAEHNEM WIN YHane-
HMEM OKOJIOIOMTOBMIOHBIX JKEJIE3, HapymeﬁmeM nx

JNekuwma, ob3op
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KPOBOCHAO>KeHNUsA B XOfie XMPYPTUUeCKOrO BMeIla-
tenbcTBa [6]. Ilpempacmonararomumu  daxropamu
CUNTAIOTCA: OONMBIION 06beM OIepalyy, OTCYTCTBIE
OIIBITA XMPYPra, peolepanuu, OTCyTCTBME YeTKMUX TO-
OMYeCKMX JAHHBIX O JIOKA/IM3ALNM OKOMTOUMTOBUL-
HbIX xene3. Hambosee 4acTo moCIeOnepaloHHBII
TUIONapaTUPeo3 PasBUBAETCsA MOCIe XUPYPrUIecKo-
ro JIeYeHNs paKa MIUTOBUIHO Kenesbl 1 fuddysHo-
ro TOKCUYecKoro 306a [7-9]. OH MOXeT TaKk>Ke BO3-
HUKATb IIOCTIe XMPYPTUIECKOro JiedeHNs M0 MOBOLY
MEPBUYHOTO TUIIEpPIApaTHpPeO3a, KOIZla YHandeTcA
NOMMHMpYIOIIasl MapaTUpeouHas TKaHb M OCTaB-
myecs OKOJOLIMTOBYUJHBIE JKeNle3bl He CIIOCOOHBI
BOCCTaHOBUTD JOCTaTOUHYI0 popykumio ITTT [10].

ITocneonepaliOHHBI TMIIONAPATUPEO3 IPOAB-
NseTcs B BUMIE TUIIOKATbLIMEMUN, 0OHAPYXMBaeMOit
B TeUeH1e 24 4acoB II0C/Ie IPOBEJeHHOI0 XUPpypruye-
CKOTO BMeIlIaTe/IbCTBa Ha o6yacTy men y 30-60% ma-
unenToB. Okomo 60-70% cmydaes Imocieonepalu-
OHHOJI TUIIOKAaIbLIMEMMUM MMET TPaH3UTOPHBIN
XapaKTep M paspellalnTcs B TedyeHMe 4-6 Hefenb
Iocsie onepauyy (TPaH3UTOPHBI TUIIONAPATUPEO3).
Croiikas I'MnoKanblMeMIs B COYeTaHNM C YPOBHEM
ITTT H>xe pedepeHCHBIX 3HAYEHNIT CITYCTS 6 Mecs-
1eB 1 6oJlee Mociie XMPYPrUIecKOro TedeH s CBIje-
Te/IbCTBYET O Pa3BUTHUM XPOHMYECKOTO IUIIONapaTH-
peosa [2, 11]. Puck XpoHMYeCKOro ruIonaparupeosa
TE€CHO CBfI3aH C KONMYECTBOM OCTaBIIMXCA in Situ
GYHKIMOHMPYIOMNX OKOJMOIUTOBUIHBIX JKelle3 BO
BpeMA onepauuu: 16% mpu coxpaHeHHBIX 1-2 Xere-
3ax, 6% mpu 3 xene3ax u 2,5% npu 4 [12, 13].

AyTOMMMYHHbIW TNOMNapaTUpeo3

Bropas mo pacmpocTpaHeHHOCTH (popMma rmiomna-
patupeosa, OOyClIOBIE€HHass MMMYHOOIIOCPEMO-
BAaHHBIM pa3pylLIeHNeM K/I€TOK OKOJIOUIUTOBN/]-
HBIX JKe/le3, — ayTOMMMYHHBIJI TUIIONAPaTUPEOs.
On MoxeT ObITP M3OMMPOBAHHBIM 3a00/TEBaHUEM,
OIHAKO 3HAYMTEIbHO Yalle BCTPEYaeTCad B paMKax
HaC/IeICTBEHHOT0 Ay TOMMMYHHOTO ITONIUTTTAHAYIAP-
Horo cuHppoma (AIIC) 1-ro Tmma, Tak>Ke U3BECT-
HOTO KaK KaHJU[O-9KTOAepMabHasA RUCTPOGUS
(Autoimmune Polyendocrinopathy with Candidiasis
and Ectodermal Dystrophy - APECED) [6].

ATIC 1-ro Tma — MOHOTEHHOE ayTOCOMHO-pe-
IlecCuBHOe 3a00jIeBaHMe, B OCHOBE KOTOPOTO JIeKUT
HapylleHNe CTPYKTYpPbl FeHa ayTOMMMYHHOTO pery-
nsatopa (AIRE). Tern AIRE pacmonaraetcsi Ha JIVH-
HOM Iujiede 21-i XpOMOCOMBI, KOZUPYET ANEepPHbI
(baKTOp TPAHCKPUILMM M MIPaeT OFHY M3 KIiode-
BBIX poJIelt B OpMUPOBAHNY MMMYHOTOTEPAHTHO-
cTu. B ocHOBe maroreHesa IEeXWUT ayTOMMMYHHas
HeCTPYKIMA PasINYHBIX SHAOKPMHHBIX Xene3 [14].
HOna AIIC 1l-ro Tuma XxapaKTepHa KiaccudecKas

TpMUaja: CAU3MCTO-KOXKHBIN KaHAWUO3, TUIIOIapa-
TUPEO3, XpOHMYECKasd HafIOYedHMKOBaA HeJOCTa-
TOYHOCTb. 3ab0/meBaHMe Ae60TUPYeET, KaK MPAaBUIIO,
B JIeTCKOM Bo3pacTe. B mofasisiomeM 60IbIIHCTBE
cITy4aeB Haua/IbHBIM NIPOAB/IEHUEM CTAHOBUTCA CIIN-
3JICTO-KOXKHBIN KaH/IMA03, Pa3BUBAIOLINIICA B IIep-
Bble 10 jleT )KM3HM, 4allle B BO3pacTe OKOJO 2 JIeT.
Ha ¢oHe cnmsucro-koKHOro KaHpuposa y 84% ma-
I[MEHTOB MOABJIAETCA TUIONApPATUPeos3, HMpU 3TOM
B 88% ciy4aeB OH mebroTupyeT B Bo3pacTe fo 10 yer.
K mpyrum KOMIIOHEHTaM CHHJpPOMa OTHOCATCA ca-
xapHbIil guaber 1-ro Tuma, TMpeoupnT XaImmnMmoTo,
Le/IMaKusA, BUTUIATO, ayTOMMMYHHBIN TelaTuT, ru-
IOrOHaZM3M U fipyrue [15].

B HacrosIee BpeMs OCTaeTCs HEM3BECTHBIM, YTO
BBICTyIIaeT MUIIEHDIO [JI1 ayTOMMMYHHOTO IIOBPEX-
IeHMs KIeTOK OKOJIOIIMTOBU/IHBIX XKenme3. B murepa-
Type pPaccMaTpPMBAeTCA HECKONbKO aHTUIEHOB, ayTo-
AQHTUTeNTa K KOTOPBIM MOTYT OBITh OTBETCTBEHHBI 3a
pasBuTue runomnaparupeosa. B 1996 r. Y. Li n coasT.
BIIEpBbIe BBIABIIN aKTUBUPYIOIUE aHTUTENA K Kajlb-
uuitayscTBuTennbHOMY periennitopy CASR. B nccneno-
BaHie GBIV BK/TIOYEHBI 25 TAIVEHTOB, CPefU KOTOPBIX
y 17 npuanHoii runonaparupeosa 651 AIIC 1-ro Tnma,
a y 8 uenoBeK OTMeYarnoCh COYETAaHUe TMIONapaTy-
peosa ¥ ayTOMMMYHHOTO THMpeoujuTa. B pesymbrare
Y 56% IaneHToB C TUIIONAPAaTPEO30M ONIPEENANNCH
BbIcokue TUTphl aHTUTeN K CASR, Torma Kak B rpymie
KOHTPOJIS 9TY aHTUTE/Ia He ObUIN HaliIeHbl HI Y O HO-
ro yeroBeka [16]. OnHaxo B pAfe Apyrux pabor Koppe-
MALNK MEXY aKTUBUpYylommy antutenamMmu Kk CASR
U rumnomnaparupeosoM y nanyenTos ¢ AIIC 1-ro tuma
BbIsAB/IEHO He 6b1710 [17]. AnTuTena k CASR, HO o61a-
maromye 6IOKMPYIOLIell CIOCOOHOCTBIO, TaKXKe ObIIN
O6Hapy>XeHbl IPY ayTOMMMYHHOI TMIIOKaAbLIUYpPU-
4ecKoli runepkanpiemMun [18].

NALP5 - MynbTUIPOTEMHOBBIN KOMIITIEKC, aK-
TUBUPYIOLINII BHYTPUKIETOUYHbIC KMHA3bI U CMHTE3
IIPOBOCIIA/INTE/IbHBIX LIMTOKMHOB, BK/II0YaeT B ceOs:
NACHT (neuronal apoptosis inhibitor protein),
C2TA (MHC class 2 transcription activator), HET-E
(incompatibility locus protein from Podospora
anserina) u TPl (telomerase-associated protein),
BIiepBble OOHapyXeH M. Alimohammadi u coasr.
[19] B kauecTBe creruduIecKoro aHTUTEHa OKO-
TOLIMTOBUMIHBIX Kelle3. Bcero 6bumm o6cenoBaHbI
87 mannenTos ¢ AIIC 1-ro Tumna, 13 KOTOpPBIX y 73 OT-
Meyasicsa runonaparupeos. Cpeny manyueHTOB C TH-
nomapatupeosom anturena K NALP5 upgentudunu-
poBaHbl B 49% Habmomenuit, y manueHTos ¢ AIIC
1-ro Tumna 6e3 CHIDKeHMsT PYHKIUU OKOIOLUTOBU-
HBIX )KeJle3 JaHHbIe aHTUTeTa OOHAPY>KeHbl He ObLIN
[19]. TlomobHBIe pes3ynbTaThl HONMy4YeHBI B pabote
A. Meloni u coasr.: antutena K NALP5 BbisiBleHbI

Mokpeiwesa H.I., Epemkura A.K., Kosanesa E.B. Tynonapatnpeos: 3SToNOruA, KNMHUYECKan KapTrHa, COBPEeMEHHbIe METOAbI ANAarHOCTUKM 1 NeveHrA 479
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y 64,3% maLMeHTOB C TUIIONAPaTUPEO3OM U He OIlpe-
[e/SINCh y MalMeHTOB 6e3 rumomapartupeosa [20].
TeMm He MeHee BOIIPOC O PONY CIIelNPUIECKNX aHTH-
T€HOB B PasBUTUMU ayTOMMMYHHOTO ITOPaKeHM s OKO-
TOIMTOBU/IHBIX JKe/Ie3 OCTAeTCA OTKPBITBIM M Tpe-
Oyer manmbHeiiero usydenns [21].

[eHeTNYeCKMe BapuaHTbl MU30/IMPOBAHHOTO
rmnonapaTmpeosa

B saBMcuMOCTM OT IaTroreHesa 3abojleBaHUs TeHe-
TUYeCK)e BapMaHTbl M30MMPOBAHHOIO TMIIOIApa-
THpeOo3a YCIOBHO MOTYT OBITH pasfielieHbl Ha TpuU
OCHOBHbIE TPYIIBL B mepByIo rpymmy BXogAaT 3a60-
NeBaHMsA, XapaKTepU3YIOUIMeCd HOPMa/JbHBIM pas-
BUTVEM OKOJIOIIMTOBUIHDIX JKefle3, HO HapyLIeHHOI!
cexpennert [ITT. K ganHOI rpynmne oTHOCUTCS ayTo-
COMHO-ZOMMHAHTHasA TUIOKAJIbl[MeMNs, B OCHOBE
KOTOPOIJI JIeKAT aKTUBUPYIOLIe TOYeTHbIe MyTaLNN
reHa CASR, HanpuMep, fenenns n3oneitiiHa BHyTpK
paMKM CYMTBIBaHMSA KOHCEPBAaTUMBHOTrO (parMeHTa
Gall. B Hacrosmee BpeMs onmcaHo okomo 40 akTu-
Bupyomux myranuit. l'ex CASR BnepBble KJIOHUPO-
BaH B 1993 1. [22]. OH I0Kanu30BaH B I/IMHHOM IljIeYe
3-it xpomocoMsl. IIpofyKT reHa npeacTassiet co6oit
pellenTop M3 CylepceMeNiCTBa PelenToOpOB, COIpA-
KeHHbIX ¢ G-6enkamu. CesispiBanne CASR ¢ nmuran-
faMU CTUMYIMPYeT aKTUBHOCTH (ocdonumaser C,
9YTO IPUBOAUT K AKKYMY/IALUN MHO3UTON-1,4,5-Tpu-
dbocdara u x Bo3pacTaHUIO KOHIIEHTPAL[UN KaJIbIVs
(Ca?) B yurosone [23]. AKTUBALMs PELENTOPHOTO
6erka IPUBOAUT K HAPYLIEHUIO PETY/ISALUN CeKpe-
yuu ITTT no mpuHIMITY 06paTHOI CBA3M, KOTa HOP-
MasibHble M/IM HU3KME TIOKa3aTe/lN yPOBHA KajbliusA
COIPOBOXMAIOTCA CHIDKEHUEM BBIPAOOTKM TOPMO-
Ha. [ 3abo/meBaHusA XapaKTepHa yMepeHHas TH-
MOKa/IbIMeMNUA B COYETaHUU CO CHIDKEHMEM YPOB-
Ha IITT, y 60nbIIMHCTBA MaleHTOB HabmiofaeTcs
runomaraveMus. TedeHne 3a6omeBaHMs CONPOBO-
XJaeTcs CyBOpOraMm, MHOT[A KapIoIefanbHbIMM
Cra3MaMi, HO MOXKET ObITb M aCHMIITOMATHYHBIM.
YpesBpIualiHO Ba)XHO OTAMUYUTH ayTOCOMHO-TOMMU-
HAaHTHYIO TUIIOKa/JIbLIMEMUIO OT MEPBUYHOIO THUIIO-
IapaTupeosa, Tak Kak HasHadeHue BUTaMuHa D mo-
JKeT IPUBOAMUTD K MOABIEHMIO T'MIEPKATbIUYPUN,
pasBUTHUIO HeppOKaIbIVHO3a Y HAPYLIEHNIO [10YeY-
HbIX QyHKIMIT. OMUCaHBI TaKXKe MaIl[MeHTbl, § KOTO-
poix akTuBupyoomue red CASR MyTaluy BbI3bIBAIOT
BapTTep-nogoOHbIl CUHAPOM, TO €CTb Hapsgy CcO
CHIDKEHMEM ypOBHA MarHus, Kanpnua u ITTT y Hux
HabmofaeTca HepOTeHHasl IOTeps MMHEpPaTbHBIX
coreli ¥ BOJbI, aCCOLMMPOBAaHHAsA C TUIIOKAINeMITye-
CKUM a7IKano3oM [24, 25]. B aTux cnyvaax Ca*'/Mg**-
YYBCTBUTE/IbHbIE PELENTOPbl AKTMBMPOBAHBI JlaXKe
npy  QU3MONOTNYeCKON KOHLEHTPalVM Ka/IbLusd
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B cbIBOpOTKe. [Ipy 3TOM yMeHblIeHNMe peabcopbiiym
NaCl B ToncTOM cerMeHTe BOCXOAAIIEil YacTH IeTIN
lenie mpuMBOAKUT K BTOPMYHOMY I'MIEPANIbIOCTEPO-
HU3MY ¥ TUIIOKATMEMUMN.

AHOManuu PasBUTKUA OKOMOLIUTOBUAHBIX OKe-
JIe3 OTHOCSTCSL KO BTOPOI TpyIie 3aboeBaHmMii,
BO3HMKAIOIINX B pe3y/lbTaTe MyTalluM TPaHCKPUII-
IMOHHBIX (akTopoB. Jedekt rera GCM2 (glial cell
missing 2) TeXMUT B OCHOBe HapylleHusa GpopMupo-
BaHMA OKOJOLWIMTOBUIHBIX JKe/le3 M HaC/IefyeTCs 110
ayTOCOMHO-PEIeCCMBHOMY TUITY. X-CLIeNITIEHHbIN pe-
LIECCUBHBIV BapMAHT CBA3BIBAIOT C AeIeLVAMU U VH-
cepumaAMM Ha ydactke Xq27.1. IIpenmonoxnurenbHo,
yKasaHHble MyTaluyl BIMSAIOT Ha QYHKUMIO Oenmka
SoX9 - TpaHCKpUIILIMOHHOTO (aKTOpa, MMEIOLIETO
3Ha4yeHye B Pa3BUTUI OKOIOLIMTOBYIHBIX XKefie3 [26].

B Tperpro rpymnmy MOXXHO BKIIOYMUTb MYTaLlU
reHa ITTT, npuBopAmMe K HapylIeHNIO €ro IpoLec-
CUHTa Y CEKPELIVIN M COIIPOBOXJAIOLIECS Pa3BUTHEM
U307V POBAaHHOTO TMIIONapaTupeosa. [laHHbIe MyTa-
LMY BCTPEYAIOTCA JOCTaTOYHO PEIKO, MMEIT ayTO-
COMHO-PELIECCUBHBINI ¥ ayTOCOMHO-JOMMUHAHTHDIN
TUIIBI Hac/lefloBanusA. Hapylaerca mocrrpancianm-
oHHasi 06paboTKa MOJIEKY/IBI IIPEIPONAPATTOPMOHA
W/MIYM TPAHCIALNUN MaTPUYHON PUOOHYKIIENHOBOI
Kk1cnoThl. CeKBeHUPOBaHNUe Ie30KCUPUOOHYKIENHO-
BOJI KMC/IOTHI Y NALIEHTOB C 3y TOCOMHO-JOMMHAHT-
HBIM M30/IMPOBAaHHBIM TUIIONIAPATAPEO30M BBIABUIIO
€IVIHCTBEHHYI0 MMUCCEHC-MYTAallMI0 C 3aMEHON TH-
MMHa Ha I[UTO3MH BO 2-M 9K30He, 18-M komoHe [27].
T'omo3uroTHBIE MyTallMyM F€Ha MPENponapaTropMo-
Ha NMPUBOJAT K 3HAYMMOMY CHYDKeHUIo ypoBHsA IITT
(BITOTH [0 HeoIpefie/iAeMbIX 3HAYeHMII) B codyeTa-
HUY C CMMIITOMAaTH4€CKO TMIIOKa/IbLIIEMIUEN U IU-
nepgocdaremuei [28].

anonapampeoa B COCTaBe NOJIMKOMMOHEHTHbIX
reHeTUYeCKMX 3a00neBaHni
I'inonapaTupeos MOXKET BXOUTD B COCTAB TOTTMKOM-
MOHEHTHBIX TeHeTMYeCcKNX 3abomeBannit. CHHAPOM
HOu I>xopm>xu BbI3BaH peneuueirt 22qll. [ina pan-
HOro 3abojeBaHMs XapaKTepHbl AucMopdus,
BPOXK/IEHHBIE ITOPOKI CEPALla U TSIXKENIbIIl MMMYHO-
medunut. ['unonaparupeos cBsi3aH C BPOXAEHHOI
IVICTeHe3Mell OKOMOIMTOBUAHBIX Kemes. ATTasus
MAM OUCIIA3Us OKOMOIIMTOBUIHBIX >Kejles, MVC-
IJTa31A TUMYCa BOSHUKAIOT BCIEACTBIE HAPYIICHNI
aMbproreHesa 3-ro ¥ 4-ro INIOTOYHBIX KapMaHOB.
Bonpable 0OBIYHO TOrMOAOT B HETCKOM BO3pac-
te [29]. Cungpom bapakara, unu HDR-cunpgpom
(hypoparathyroidism, deafness and renal dysplasia
syndrome) - ayTOCOMHO-JJOMMHAHTHOe 3abojeBa-
Hue, BbI3BaHHOe fedexToM rena GATA3, moxamu-
30BaHHOTO B KOPOTKOM Iutede 10-11 XpOMOCOMBI

JNekuwma, ob3op
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Ta6nuua 1. OCHOBHble reHeTVYeCKne NPUUYNHBI PA3BUTYA TMNoNapaTMpeo3a

3abonesaHvie NedexTbl B reHe / nokyc

M3onnpoBaHHbIv rnnonapaTMpeos

ayTOCOMHO-PeLeCCUBHbIN PTH/11p15
GCMB/6p24.2

ayTOCOMHO-[JOMUHAHTHbIV PTH/11p15
CsSR/3g21.1
GCMB/6p24.2

X-cuenneHHbln SOX3/Xq26-27

vaonapampeos B COCTaBe NMOJIMKOMMNOHEHTHbIX reHeTU4YeCKnx

3aboneBaHuin
cuHapom [n [xopaxm TBX1/22q11
cuHppom bapakata (HDR-cnHppom) GATA3/10p15

cnHppom CaHbap — Cakat (HRD-cuHapom) TBCE/1q42-43

AYTOUMMYHHbI NOANFAAHAYNAPHbIN CUHAPOM 1-ro TMna AIRE/21q22.3
[Mnonapatnpeos n gedeKTbl MUTOXOHAPWANbHOMO FreHOMa
cuHppom KepHca — Celipa DedekTbl
MUTOXOHAPUANbHOTO
cuHppom MELAS reHoma

cuHgpom MTPD
Pe3ncTeHTHOCTb K 1eiiCTBMI0 NapaTropMOHa
ncesgorunonapaTtpeos GNAS/20q13.3
™n la
™n1b

xoHAapoancnnasma bnomctpaHga PTHR1/3p22-p21.1

HDR - hypoparathyroidism, deafness and renal dysplasia (runonapatupeos, ryxoTa u gncnnasua
nouek), HRD - hypoparathyroidism-retardation-dysmorphism (runonapatvpeos, 3agepxKa passutus,
nancmopdusm), MELAS — mitochondrial encephalopathy, lactic acidosis and stroke-like episodes (muTo-
XOHApWanbHas MMonaTuaA 1 sHUedanonaTna ¢ NakTaT-aLrAo30M v UHCYNBTONOAOGHLIMY SNM3o[amMu),
MTPD - mitochondrial trifunctional protein deficiency syndrome (HejOCTaTOYHOCTb MUTOXOHAPVANb-
Horo TpudyHKUMOHanbHOro 6enka)

(10p15). Ten xopupyeT Oe/IOK, OTBEYAIOLINII 3a pa3-
BUTME IapPATHPEOUNIHBIX KeJle3, BHYTPEHHETO yXa,
noyek. YposeHb IITT komebnercsa oT HM>KHeN rpa-
HUIIBI HOPMBI JI0 Heompepensaemoro [30]. Cunapom
Kennn - Kadbdnu Bxnrovaer B cebsi HU3KOPOCIOCTD,
aHOMa/IMM I71a3, ocTeocknepos. Cungpom CaHbsp —
Caxary, wnu cuagpom HRD (hypoparathyroidism-
retardation-dysmorphism), wacto paccmarpusa-
eTcs Kak BapuaHT cuagpoma Kennn - Kapou. On
IpPOAB/AETCS TUIONAPATUPEO3OM, TSKENOl 3a-
HepXKOil (U3NIECKOrO ¥ NCUXOMOTOPHOTO pasBU-
TUA, MUKpolLedanmell, 0co0eHHOCTAMY (EeHOTUIIA.

Y mnanueHtoB ¢ cuHppomamu Kennnm - Kadonu
1-ro Tuma (ayTOCOMHO-peljeCCUBHOE HACIe[OBAHNE)
u Caubsap - CakaTyu BBIABIAIOT MYTallMM B TeHe
TBCE (tubulin-specific chaperone E) [31].

I'unomapaTnpeos sABIAETCS KOMIOHEHTOM HEKO-
TOPBIX 60/Ie3Hel MITOXOHAPHAIBHON He30KCUpubo-
HYKJIEMHOBOJ KMCTOTBI ¥ 0COOEHHO XapaKTepeH /s
cunppoma Kepaca — Celipa B codeTaHNM C HAapyX-
HOJI oTasbMOIIIeTMelt, TUTMEHTHOI! JereHepanyeit
ceTyaTKy, MUoOIaTHeN, Kapguomuonarueit. Ilpu cun-
npome MELAS (mitochondrial encephalopathy, lactic
acidosis and stroke-like episodes) rumomapaTtupeos
COYeTaeTCsI C MUTOXOH/PUAIbHON SHIledamonaTyet,
JIaKTaT-al[MI030M, VMHCYIbTONOJOOHBIMU SIMU30fa-
mu. Hecmotpst Ha TO 4TO mpm 3Tux 3ab0/eBaHMAIX
TUIIOMAPATUPe03, KaK IPABUIO, He BBICTYTIAeT efjUH-
CTBEHHBIM VIV OCHOBHBIM IIPOSIBIEHNEM, B Dsfe
cay4aeB B AeOl0Te pasBUBAIOTCA IMIIOKAJbI[EMU-
YecKye CyJOpOry, YTO CIY>KUT IIOBOJOM AJIsi 06Crte-
pmoBaHus [32]. Jedpuuutr MarHus MOXKeT HPUBECTU
K Pa3BUTUIO TUITOKAIbLMEMUN U (PYHKIIMOHAIBHOTO
TUIOMApaTUpeosa.

[ceBaornnonapaTMpeos

HacnencrBennas ocreogucrpodusa Onbpaiita, umm
IICeBIOTUIIONAPATUPEO03, — TeHeTUYeCKU TeTepOoreH-
Hoe 3a60jieBaHNe. B 6ONBIINHCTBE C/TydYaeB ero pas-
BUTHUE CBsA3aHO ¢ MyTauusamu rena GNASI (pacno-
noxkeH Ha 20-i1 XxpoMocoMe, ToKyc 20q13), KOTOpBII
Kopupyet 6enok Gs-anbga, CBA3AHHBIN C PEIeNTo-
pom IITI. B ocHOBe maToreHesa IICeBHOTMIIONApa-
TUpeo3a JIeKUT TeHeTUYeCKY JeTepMIHUpPOBaHHAA
PEe3UCTEHTHOCTh TKaHell-MUIIeHeyl (CKeneTa M IO-
yek) k a¢p¢pexram ITTT B pesynbrare nedexra KOM-
I7IeKCa «CIennpUIecKnil KIeTOYHBI PeLenTop -
IITT - apmenmnarnmknaasa». Y OFHUX IIal[MIEHTOB
omnpeRenAoTca AedeKTbl CaMOro KIETOYHOTO pe-
renropa, csassiBatoutero IITT (tunm 1A mcesporu-
HOMapaTupeosa), y APYyrUxX orMedaeTcs gedeKT Hy-
KJICOTUICBA3BIBAIONIETO OeJKa, JIOKaIM30BaHHOTO
B IMIUAHOM 61CIO€ KJIeTOYHOI MeMOpaHbl 1 QYHK-
I[MIOHAJIBHO CBS3BIBAIOLIEIO PELEeNTOpP C afeHMIaT-
nuKTasol (Tun 1B ncepgorunonaparupeosa). ¥ He-
KOTOPBIX OOJIBHBIX HabmofaeTcs pepMeHTaTUBHASN
HeJIOCTaTOYHOCTD aJeHU/IaTIMKIIa3bl (IICeBOTUIIO-
mapatupeos3 2-ro tuma). Jdeduunut mUKINIECKOTO
afleHo3MHMOHOGocdaTa, pasBUBAIOLINIICA BCIef-
CTBME 3THX [iepeKTOB, BefleT K HapYIIEHNIO CHHTe-
3a cnenuduieckux 6enKoB, OMpefensouux 61oo-
rnyeckuit a¢dext IITT. Takum obpasoM, Tepsiercs
YYBCTBUTENTBHOCTb OPTaHOB-MMUILEHEN K JEMICTBUIO
ropmoHa [33, 34]. OcHOBHbIe TeHeTHYeCKue Ipu-
YMHBl Pa3BUTHA TUIONAPATHPEO3a IPEeACTaBICHBI
B Tabm. 1.

Mokpeiwesa H.I., Epemkura A.K., Kosanesa E.B. Tynonapatnpeos: 3SToNOruA, KNMHUYECKan KapTrHa, COBPEeMEHHbIe METOAbI ANAarHOCTUKM 1 NeveHrA 48 1
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Tabnuua 2. KnnHnyeckne CUMATOMbI TMNonapaTipeo3a

CrcTeMbl OpraHoB KnuHnueckne npossneHns

OnopHo-aBUraTenbHas cucTema OubpunnapHble NofeprBaHNs, TOHNYECKUe CYA0POrn, TETaHWS, KapronefasbHblii Cnasm, CUMNTOMbl XBOCTEKa
n Tpycco

[bixaTenbHaa cnctema JlapvHrocnasm u 6poHxocnasm

KenyaoyHo-KMLLEeYHbIN TPaKT Oucdarus, psoTa, Anapes 1 3anopbl

CeppeyHo-cocyamncTas cuctema YanuHeHve nHtepBana Q-T 1 Hecneunpnyeckmne n3meHeHus 3ybua T, rnokanbLreMmnyeckas KapgmommonaTms

BereTaTMBHasA HepBHasA cucTema ’Kap, 03HO6, roNIOBOKPYKEHNSA, rONOBHbIE 601, NapecTe3unn (YaLle nanbLes pyK, HOT, 061acTy BOKPYr pTa),

NOTNMBOCTb, CTONKMNIA flepmorpadusm, HapyLLeHWA 3puUTebHOM akkoMmoaaLmm, 6onm B obnactv cepaua ¢ KapTUHOWM

KOpOHapoCnasma 1 HapyLUeHVAMU pUTMa

LleHTpanbHas HepBHas cucTema HeBpo3, CHXKeHVe namATy, 6eCCOHHMLA, Aenpeccns

|'|/|r|or|apaT|/|peo3 M TnoMarHnemma
[TapatropMoH ycunuBaeT peabcopbiyio  Mar-
HUA B JUCTQJIbHOM KaHaJblle M B KJIeTKaX MO3-
TOBOJl YacTM J[UCTAAbPHOTO M3BUTOTO KaHA/blia.
[ToBblileHNe KOHLEHTPALMY MarHuUs WM KanbIyis
B II/IasMe aKTUBUPYeT BHekjaeTouHble Ca®*/Mg-
YYBCTBUTEbHbBIE PELENTOPDI, YTO COMPOBOXK/AET-
¢ MHrMOMpPOBaHNEM HAaKOIUIEHUS LVKINYECKOTOo
afeHo3MHMOHOGoChaTa M yMeHbIIeHeM TIOT/IOoLe-
HUS MarHys KJIeTKaMU MO3TOBOJ 9aCTY JUCTAIbHO-
ro MSBUTOTO KaHanbla. CHUOKeHMEe KOHIIEHTpaluy
MaTHUs B IJIa3Me YBeIM4uBaeT peadcopobunmo Mg,
He BnuAA Ha abcopbiuio Kampuus. Takas cesek-
TUBHOCTb K/IETOK 00ecleunmBaeT 4yBCTBUTENIbHBII
KOHTPOJIb TPaHCIIOPTa MarHUs B JUCTAJIbHBIX W3-
BUTBIX KaHaJbIaX. VICXOfs U3 BBIIIEU3TIOXEHHOTO,
IpY CHYDKEHUM YPOBHSA MarHMS B CBIBOPOTKe, Kak
u npy runokanbuvemuy, cekpenus IITT momxza
YCUIMBATBCHA, OfHAKO AedMUNUT MarHus IpPUBO-
AUT K HATOJOTMYECKOMY CHIDKeHuio yposus IITT
U Pa3sBUTUIO PE3UCTEHTHOCTU KOCTHOI TKaHU U IO-
ek K ero sddexram [35]. IlaToreHetndyecknit me-
XaHNM3M Pa3BUTH TUIIONIApAaTHpeo3a IpY TUIOMar-
HUEMMM OCTaeTCs HemsBeCTHBIM. IloTeps MarHus
HAOII0aeTCsT BCIEACTBUE HKENTYLOUYHO-KUIIEYHBIX
PacCTpOIICTB, IPK aJIKOTONNU3ME U Psfie JPYIUX CO-
crostumit. CylecTBYIOT HacleACTBeHHble (POpMBI
TUIIOMarHyeMun.

AyTocoMHO-perieccuBHas TUIIOMarHMeMus
C BTOPMYHOM TUIIOKaJblMieMVell BIEPBbIE OIN-
cana L. Paunier u coasrt. [36]. 3aboneBanue mpo-
AB/IAETCA B M/IaJlecHYeCKOM BO3pacTe U XapakTe-
pU3YeTCA MCKIIOYMUTENTBHO HUBKUMU YPOBHAMMU
MarHusi ¥ KajabLus ChIBOPOTKM KpoBu. OHO 06y-
C/IOBTIEHO MyTauusAMmu B reHe TRPM6, npusops-
MMM K HapyIIeHWI0 aKTUBHOIO TPAaHCIOPTa Mar-
HUsA KJIeTKaMJ) KUIIEYHOrO 3IUTenus. MexaHU3M
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BTOPMYHOJ TUIIOKAJIbIIMEeMUI OCTAeTCS HEesCHBIM.
I'mnokanpumeMmsa y J[aHHOW TPYNIbl MalJeH-
TOB He IIOfifjaeTcsA JIEYEeHWIO IIpernaparaMy Kajb-
uus, ButaMuHoM D umm pexom6buuanTHeiM ITTT.
Hopmammsaums ypoBHsa kampnus u IITT mocTu-
raeTcsi TOJABKO IIOC/Ie KOPPEKLUY CHIBOPOTOYHOTO
MarHus. Ilpepmonaraercs, 4TO BBIpakKeHHas TIMU-
IOMarHesueMus IPUBOAUT K OIIPENETEeHHON pe3u-
CTEHTHOCTY OpraHOB-MuIleHel k apdexram ITTT.

B pasBuTUM Ir'MIIOMarHyeMIy OIIpefie/IeHHa s po/ib
OTBOJUTCSA aKTUBUPYIOWMUM MyTanusam rena CASR,
TaK KaK CHYDKEHMEe YPOBHS MarHus BBISABIAETCA
B paMKaX ayTOCOMHO-ZOMMHAHTHOJ I'MIIOKaJbIiye-
muu (cM. Bbie) [22]. MyTtanuu, MHaAKTUBUPYIOLUe
red CASR (y manueHTOB C CeMeITHOM TUIepKalblU-
eMyell ¥ TUIOKaIbIypueli), Ha000pOT, IPUBOLAT
K CHVDKEHMIO 9KCKpeLVY KanblysA Y MarHusl IIOYKa-
MH, YTO MOXKET TaKXXe COIPOBOXK/ATbCA PasBUTUEM
runepmarauemun [37]. BeposiTHo, manbHeiiuee u3-
y4eHMe Hac/lIe[[CTBEHHBIX HapyLIeHMII TOMeocTas3a
MarH)s CMOXXeT IPOJIUTD CBET Ha ITATOTeHeTIYecKue
OCHOBBI (hOpMMPOBAHM I TUITOKATBIIVIEMUN IIPYU CHU-
>KEHWY ero YPOBHSI.

KnuHunueckasn KapTUHa

OcCHOBHBIE KIMHUYECKVE IIPOSIBIEHNS] IUIIONApa-
THpeo3a OOYC/IOB/IEHbl TUIIOKAAbLIMEMUeNl M TU-
nepdocaTemMueli, NPUBOIAMMMU K YBeINIEHUIO
HePBHO-MBIIIIEYHOI BO36yAMMOCTM ¥ oOIIell Bere-
TATUBHOII PEaKTMBHOCTM, M BKJIIOYAIOT B cebs ma-
pecTesuy B aKpanbHBIX 007acTAX, GUOPUIAPHBIE
HOfiepTUBAHUs, TOHMYECKUE CYLOPOTH, JIapUHTIO-
M OpOHXOCIIa3M, HeBpO3bl. IIpOsiBlIEHNE 3TNX CUM-
ITOMOB TeCHO CBSI3aHO C YPOBHEM KaJ/IbLi1sI B CHIBO-
POTKe KPOBY; CTEIIEHD X BBIPA>KEHHOCTH 3aBUCUT OT
TSDKeCTU runokanpuveMnu. OFHAKO KIMHMYECKUe
IIPOSIB/IEHN S TUIIOKA/IBLIMEMIUN MOTYT OBITh BeCbMa

JNekuwma, ob3op
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MHOTOOOpa3HBIMM: OT MAaJTOCUMIITOMHBIX TP CTa-
OVIbHO HUSKIX [IOKA3aTe/IsAX YPOBHS KaIbLIVsI B ChI-
BOPOTKEe KPOBM B Te€4eHMe MHOTUX /eT BIJIOTb [0
Pa3BUTHA TeTAHUY NPV HEYCTONYMBBIX OKa3aTeNAX
KajIbLIMsl B CBIBOPOTKe KpoBH [1, 2].

ITpn cHM>KeHUM YpPOBHA KalblysA ChHIBOPOTKMU
KpOBU 710 2-2,2 MMOJB/N (CpefHMe HOpPMATUBHbIE
3HAaYeHMsA COCTABIAIT OT 2,25 mo 2,75 MMOJIb/M)
TUIIOKaAbIMEMMST MOXKET HpPOTeKaThb 0OeCcCUMIITOM-
Ho [1]. KnuHuyeckye cMMITOMBI IUIIONAPATIPEO3a
0606111eHbI B Ta6I. 2.

YMepeHHOe TOBBILIEHNE HEPBHO-MBbIIIEYHOI
B036Y1U/IMOCTI/I NIPOSIB/IAETCA CKPBITOM TeTaHME,
XapaKTepusyIolelicsi MONMOXUTENbHbIMY CUMIITO-
mamn Tpycco m XBocTeka. IlomoXuTenbHbI CUM-
nroM Tpycco mpepmnonaraer IOsB/IEHNE CYZOPOT
B KMCTH («pyKa aKylIepa») yepes 1-3 MUHYTHI TOCTIe
CIaBIeHMs IIedya MAHXXeTOll Ji/Isl M3MepeHus apTe-
puanbHOro faBnenus [38]. [laHHBIN CUMIITOM — BbI-
COKOYYBCTBUTENBHBIN M cHelMUYHBI IPU3HAK
TUIOKAbIMEMUN — BBIABIAETCA ¥ 94% ManiueHToB
C TUIIOKanbLiMeMueit 1 y 1% nrofeil c HOpMOKasbliye-
mueit [39]. Cumntom XBocTeKa — COKpalljeHe MBI
JMIA IPpYU IOCTYKMBAaHUM B MECTE BBIXO/Ia TUI[E€BOTO
HepBa — MeHee YYBCTBUTETbHBIN U CHelMUIHDIN
npusHak. OTpuLaTe/NbHBIN CUMIITOM XBOCTEKa Ha-
omopaercst y 30% MaLyeHTOB, MMEIOLX TUIIOKATIb-
L[IeMUIO, TIO/TOXXUTE/IbHBII — ¥ 10% demoBex 6es aToit
matonoruu (1, 2, 38].

IIpu panMTENnbHON BBIPAXKEHHONM TUITOKaJbIye-
MUY BOSHMKAIOT Tpodydeckyie HapyIIeHNs Y MOT'YT
pasBMBATbCA KaTapaKTa, AedeKThbl sManu 3y6oB, Cy-
XOCTb KOXU, TOMKOCTb HOrTeil. [JocTaTouHo 6bICTpO
Pa3BUBAIOTCA M3MEHEHMA NCUXMKM, IPOSABIAIOMIN-
ecsl HeBPO30M, CHIDKEHMEM IaMsATH, OeCCOHHMIIEN,
merpeccueir. MOTryT oOTMe4aTbCsl BeTeTaTUBHBIE
HapyuweHusi (>kap, 03HOO, TONOBOKpYXXeHus, 6omm

Puc. 1. KomnbloTepHaa Tomorpadua naymeHTa L. ¢ XpoHUYECKMM rMnonapaTtmpeo3om B pamKax
AYTOMMMYHHOTO MOANIMAHAYAPHOIO CMHAPOMA 1-TO TMNA, KPAaCHBIM BblAeneHbl KanbundrKaThl
6a3anbHblX raHrmnes (MCTOUYHUK — apxmB H.I. MOKpbIWEBOW 1 COaBT.)

B obmacTu ceppia). XpoHMYecKast TUIIOKATbLIEMUS
JIOKUT B OCHOBE Ka/lbLMpMKaLUM MATKMX TKaHel,
4TO, BEPOSITHEE BCETO, MOXKET OBITH CIECTBIEM YCH-
neHus peabcopbumy Qocpopa B MPOKCHMATBHBIX
[OYeYHBIX KAHAIBLAX VM XPOHUYECKOI rumepdoc-
¢daremun. Hanbonee TMIIMYHAsA TOKaAN3aLUs Kajlb-
uUKALUN — TOMTOBHOI MO3T (6a3anbHble TAHIINIL,
puc. 1) u mouku (HedpoxanpiyuHo3). B page cnyya-
€B OTMeYaeTCsl HKTOMNYECKOe OTIOXKEHNE KaIbIIys
B XPsLIEBYI0 TKaHb, I/Ia3a, KOXKY, COCYABL U PyTHe
OpTraHBbI M CUCTEMBHI [2].

BaxHOe 3HaueHme [Is IIPOrHO3a pUCKa JIe-
TaJIPHOCTM TALMEHTOB C TUIIONAPATUPEO3OM
VIMEIOT CepHevHO-COCYAUCThIE HapYyIIEeHN.
I'mnokanblieMnyeckas KapAuOMMONATHs, BO3HMU-
Kalolasi Ipy TUIOIAPATHpPeOo3e, dallle OTHOCUTCS
K OMJIaTaIlIOHHOJ KapAMOMMOIIATUY, COMPOBOX/a-
eTCsl pacliMpeHneM KaMep CepALa U CHIDKEHUEM
¢dpakuuy BeI6poca. B cpeHeM 1o JaHHBIM NMHUTepa-
TYpbl dpakums BeIOpoca CHIDKaeTcs Ha 25-30% ot
VICXOJHBIX 3HAUeHNII, OJ{HAKO B psifie C/IydaeB pax-
nus BbIOpoca cocraBisiia 17%. BosHuKHOBeHMe
Y HapacTaHue SsIBJIEHUII CEepPHeIHOl HeZOoCTaTOd-
HOCTM MOTYT IPOMCXOAMTb KaK OCTPO, TaK U IO-
CTENeHHO, IpKu4YeM B JI000M Bo3pacTe (CpemHUI
Bo3pacT — 49 net) [40]. Kapguomnarus npu rumomna-
paTrpeose COIPOBOXKJAETCA 3NIEKTPOKapAMUOrpa-
¢dbuveckuMy TpUSHAKAMM TUMOKANbLUEMUN: YJ-
nunenneM uHrepBana Q-T, usmenenusmn T-3ybua
(cxopmHble M3MeHeHMs Ipu MHpapKTe Muokapna 6e3
Q-3y611a), )KeTyZOYKOBBIMIU HAPYIICHUSMU PUTMA,
KOTOpble HEPEeNKO MOIYT OBITb efUHCTBEHHBIMU
HPOSIBIEHUSIMM CePHeIHO-COCYANCTON aTONOTUN
[41]. Onmcanbl crydayu 3HAYUTENBHOTO YAIVHEHNS
nHTepsana Q-T 1 pasBUTHUA KeNyLOYKOBbIX Hapy-
IIeHNII pUTMa, BIUIOTH 1O pUOPUIIALNY >KeTynod-
KoB [42]. 3acToiiHas cephedHas HESOCTATOYHOCTD
y IAIMEHTOB C IUITOKA/IbI{MieMIeil PasBUBAETCA Pefi-
KO, Jallle He IOA/jaeTCs TPAAULVOHHOMY JIe4eHNUIO,
HO YaCTUYHO VM IIOJTHOCTBIO 00paTnMa mocie Hop-
Maju3aluy YPOBHSA KaIbLM .

B nureparype mpefCcTaBIeHO KpailHe MAjIo MC-
C/Ie[lOBaHMUIl, TIOCBALIEHHBIX aHaIn3y (akTOpOB
pUCKa ¥ IaToreHesa KanbluUKALUM U aTepo-
CK/IEPOTMYECKNX M3MEHEHNII COCY[OB IIPU TUIO-
maparupeose. Y ManueHTOB C [MIIONAPATUPEO30M
OTMeYaeTCsl YBe/MYeH)e TOMIMHBI KOMIIEKCA MH-
TUMa-MeJiiia B COHHBIX, IIOYeYHbIX apTEPUSX U a0P-
Te, TAKMM 00pa3oM, 3HaYMMO IIOBBILIEHBI MapKePHI
cepiedHO-cocypucrtoro pucka. Ho ybenurenbHble
[aHHBIE O B3aMMOCBSI3M YKA3aHHBIX M3MEHEHMI
¢ mokasaTensiMu (pochopHO-KaabLeBOro obMe-
Ha OTCYTCTBYIOT [43, 44]. Ilo manubM P. Agarwal
u coaBT. [45], B 10% cny4aeB mpu TUIONapaTHpeose
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OTMe4aeTcsl IOBBbIIIEHME YPOBHSA KOPOHApHOTO
KaJIbIi¥sA TOM VIV MHOW CTENEHM BBIPa>K€HHOCTIU.
CornacHo pesynbTaTaM MCCIeJOBAaHMUs, MHEKC KO-
POHApHOTO KajIbLIMA KOPPEINPYeT C YPOBHEM ajlb-
6yMMHCKOPPEKTMPOBAHHOTO Ka/nblLiMs; CBA3YU C -
nepdocdaremueit, HUSKMM YPOBHEM MapaTTOPMOHA
U BBICOKMM CEPHEYHO-COCYAUCTBIM PUCKOM IIpOfe-
MOHCTPUPOBaHO He 6b110. He MCK/TI09€HO, YTO BBISIB-
JIEHHBIE ABTOPAMM U3MEHEHN S B COHHBIX, IIOYE€YHBIX
apTepMsaX ¥ aopTe, a TAKXKe IOBBIIIEHME MHIEKCa
KOPOHApHOTO KaJIblUA Y IIalleHTOB C I'UIIOIapaTu-
peo3oM 00YC/IOBIEHBI AIUTEIBHBIM IPUEMOM IIpe-
mapaToB Kanbuys u BuraMuHa D [45]. Pesynbrarsl
MeTaaHannM3a TpeX IIalle6OKOHTPONUPYEMbIX WC-
C/IeOBaHMIl IPOXEMOHCTPUPOBAIN CTATUCTUIECKN
3HauMMoOe IOBBbIIIEH)Ee PUCKA PasBUTUA MHPapKTa
muokappa (p=0,05) u xoMbrHauu nHpapKTa M-
okappa 1 nHcynbra (p=0,02) Ha GpOHe AMIUTEIBHOTO
ImpueMa IpelapaTroB KaabLus U BUTaMMuHa D [46].
Heobxonumel nanbHelilNe UCCTETOBAHNS, HAIPAB-
JICHHDbIe Ha M3Yy4eHMe MeXaHM3MOB CepAeYHO-COCY-
AMCTOTO PUCKA Y MAIEHTOB C XPOHMYECKUM TUIIO-
[apaTipeo3OM.

CocrosiHME KOCTHOTO OOMEHa IPU TUIIOTApa-
THpeo3e XapaKTepusyeTcsi 3aMefjieHyeM KOCTHOTO
peMOfeNnMpOBaHMs U HapyLIEHVeM MUKPOAPXUTEK-
TOHMKM KOCTHOJ TKAaHU y MAIL[MeHTOB C TUIIOIapaTy-
peo30M, YTO BefieT K IOBBILIEHMIO PUCKA IIEPETIOMOB
[47, 48]. B cBA3K ¢ OTCYTCTBMEM IOTHOMACIITAOHBIX
MCCIEJOBAHUIT PUCKA IIEPETIOMOB Y TAL[UEHTOB C TH-
HOIIApaTHPE030M KIMHMYECKOe 3HaueHMe aHOMaIb-
HOMl MUKPOAPXUTEKTOHUKN OCTAETCSA MHpPefMeTOM
pycKyceumit [49-54]. OueHka MMHepPaTbHOI MTIOTHO-
ctu koctu (MIIK) meTomoM [ByX9HepreTmyeckoil
PEHTI€HOBCKON abcopOIMOMeTpUM CBUJETEIbCTBY-
eT 0 HEKOTOPOM ITOBBILIIEHI Y STOTO [I0Ka3aTeIsl, 0CO-
6€eHHO B y4acTKax ¢ mpeobaanneM TpabeKysipHOIt

lMnonapaTtvpeos

Puc. 2. PekoHCTpyKLWA 3D-MUKPOKOMMbBIOTEPHOI TOMOTpadyiv TpabeKynApHON KOCTH
y 52-N€THEro MyuvHbl C rMnonapaTrpeoom (A) 1 59-neTHero My>KumnHbl 6e3 KOCTHOM

natonoruu (B) (no matepranam M.R. Rubin v coast, 2010 [54])
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tkauu (puc. 2 [54]). T'ucromopdomerpudecknit aHa-
M3 HOATBEPXKAAeT yBeNMdeHMe IUIOTHOCTM Tpa-
OeKynApHON KOCTH, 3D-MUKpOKOMIIBIOTEpHAs TO-
Morpadusi MOAB3IOLIHON KOCTM HEeMOHCTPUPYET
HeTUIINYHOe IpeobrafaHye IIACTUHYATHIX Tpabe-
Kyn [49-51]. V306pakeHus, MOMydYeHHbIE C IIOMO-
b0 HepudepryecKoil KOMMIeCTBEHHON KOMIIbIO-
TepHOJT ToMOTrpad Uy BBICOKOTO paspelleH s, TaK xXe
KaK U TUCTOMOP(OMETPUUIECKNUIT aHAMN3 OMOICHUIL-
HOT'O MaTepyaja U3 IOAB3OIIHON KOCTH, II0Ka3bIBa-
IOT, YTO M3MEHEHVSIM ITOABEPraeTcs M KOPTUKATbHAS
TKaHb [52, 53].

OwnarHoctuka

JlabopaTopHbIMM MOKasaTe/sAMH, IOATBEPXKAAI0-
VMY AMAarHo3 TUIIOIApaTNpeosa, ABAAITCA TUIIO-
KanblyeMus, runeppocdareMus, CHIDKEHUE YPOB-
Hs ITTT B cpIBOpOTKE KPOBIL.

Hawubornee pacipocTpaHeHHBIIT TeCT I JUATHO-
CTUKM TMIIOKA/IBI{NEMUN — OIIPefie/IeHNe YPOBHS 00-
Iero KaJbliusA B CBIBOPOTKE KPOBM He MeHee 2-3 pa3
C IepepbhIBOM MeX/y UCCIeNOBaHMAMN B 2 HeJemn.
YTOOBI UCKTIOUNTD TOXKHOOTPUIIATETbHBIE UIN JIOXK-
HOTIOJIOKMTENIbHbIE PE3Y/IbTaThl KaJabl[MeMUM IIpu
M3MEHeHM) KOHILIEHTpAluy IUIa3MEHHBIX OeJIKOB,
TpeOyeTcst KOPPEeKTUPOBKA KaIbLIVsI HA YPOBEHb ajlb-
O6yMmHa KpoBu. [l pacyera CKOPPEeKTUPOBAHHOTO
Ka/lblysA NPUMEHSIOT (QOPMYITy: OOLMIl KaabLIMil
1asMbl (C TOMpPaBKOI) (MMOJIB/) =M3MepEHHBI
ypOBeHb Kanmbius IUTasmbl (MMonb/m)+ 0,02 % (40 -
U3MEpEeHHBII YpOBeHb anbOyMuHa IIasMbl (I/7)).
IIpy cOMHUTENbHBIX pe3yNbTaTaX PeKOMEH/[OBAHO
ollpefie/ieH)ie YPOBHA MOHU3MPOBAHHON (paKuum
KaJblIMsl B CBIBOPOTKE KpPOBM, KOTOPBINI B HOp-
Me HaXOfuTCsi B pedepeHCHOM AuamaszoHe 1,03-
1,29 MMonb/n.

Wsmepenne conepsxanus IITT B kpoBu faet cy-
I[eCTBEHHYIO MH(OPMAIIIO, HO BMECTe C TeM €ro pe-
3y/IbTAThI TO/DKHBI OBITH KOPPEKTHO MHTEPIIPETUPO-
BaHBI, TaK KaK I'MIIOKAJIbI[eMI I MOXKeT IIPUBOANTD
K KOMIIEHCATOPHOMY OTHOCUTETbHOMY ITOBBILIEHNIO
cexperiuu ITTT n MackmMpoBaThb MCTVHHBIN I'UIIONA-
patupeos. Takum 06pasoM, TUHOKaAbIMeMMs Ha
¢done HopmanbHoN KoHLleHTpanuu [ITT — moBox fs
OMHAMMYECKOTO HaOMofieHNss ¥ H00O6CIefoBaHNUA
MalyeHTa.

CornacHo €BpONENCKMM KIMHUYECKUM PeKo-
MEHJALMAM II0 JIeYeHVI0 XPOHIYECKOTO I'UIIOoNapa-
THpeOo3a y B3POCTIBIX, C/IeyeT OINpefieNIATb YPOBHMU
MarHuA u 25-rufpokcuButaMyHa D Kak BOSMOXXHbIE
HIpUYMHBI TUIIOKaTbLMeMuu. PekoMengyeTcs ncce-
IOBaHUe MOYeIHON QYHKIUU C OLEHKOI CKOPOCTU
K1y604KOBOI pMIBTPalM ¥ CYTOYHON SKCKpelun
Ka/lIblMsA ¢ MOYOII [55].

JNekuwma, ob3op
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HCHI)IO Te€panumn ABIAETCA KOHTPO/Ib CUMIITOMOB
" MUHUMU3aOnA OCJIO)KHEHU TUIIOKAJTbLIMEMUN.

OCTpaﬂ rMnoKanbunemma

CHIDKeHMe YPOBHS aIbOYMMHCKOPPEKTUPOBAHHO-
ro obmgero Kampuus MeHee 1,9 MMOJIb/ v/uan Ha-
AMYMe KIMHUIECKUX CUMIITOMOB TMIIOKA/IbIVEMUN
paccMaTpuBaeTcst Kak OCTpOe COCTOsHMe 11 Tpedyer
IPOBefieH NI SKCTPEHHBIX MEPOIPUATUI [56].

I'mnokampueMUYecKuil Kpu3 XapaKTepusyer-
Csl IIOBBILIEHHOM HePBHO-peIeKTOPHOI BO36ynu-
MOCTbI0. KimHM4Yecku OH NpOSABIAETCS IPUCTY-
[aMM TEeTAaHWUM, KOTOPBHIM MOTLYT IpEHIIECTBOBATH
ImapecTe3ny JMIA, KUCTEl M CTOI, YYBCTBO CTpaxa,
0eCIIOKOJICTBO, GUOPUIAPHbIE MOAEPIUBAHUSA OT-
HeNbHBIX MbIIIL. Yalle BCEro CyfOpOry BO3HUKAIOT
B MBIIIIIAX BEPXHMX KOHEYHOCTENl, pexxe — B HIDK-
HuX. BeencrBue crnasma MyCKy/IaTypsl JIMIa BO3-
HUKaeT CapAOHMYecKasl YIBIOKa, IyObl probpeTaroT
bopmy «pbibbero pra». IIpu crmasme >keBaTelTbHBIX
MBI BO3SHMKAET CYLOPOXXHOE CXKaTue YemiocTeit
(rpusm). Cymoporu B MBbIIIIIAX BEPXHUX KOHEYHO-
CTell MPMBOJAT K XapPAaKTEPHOMY IIOIOXKEHUIO PYKIL:
HaJIbL{bI CXKATHI M C/IerKa IpUBeLeHbl K IajoH, | na-
Jlel] CBefleH, KUCTh COTHYTa B JIy4e3aILSICTHOM CY-
craBe («pyka akyurepa»). [Ipu criasme MycKynarypst
HIDKHUX KOHEYHOCTell Oefpa U TOMeHU BBITSHYTHI,
CTOIBl TIOZBOPAYMBAIOTCA BHYTPb, TYIOBUIIE BbI-
rubaercs k3agu (ommcToTOHYC). BenmemcTBme cymo-
PO>KHBIX COKpAIEHNIT MeXXPpeOePHBIX MBIIIIL], MBIIIII]
JKUBOTA U guadparMbl Pe3KO HaPyLIAeTCs JbIXaHIE.
VIsMeHeHMs] OPraHOB M CUCTEM IIPU TETAHUU 3aBU-
CAT OT IpeolIajaHysi TOHYCA CUMIIATUYECKON UIn
ImapacuMIaTnyeckonr cucremsl. IIpeo6mafanme To-
HYyCa CHMIATHYECKOI CUCTEMbI BeeT K TaXUKAPUY,
[OBBIIIEHNI0 APTEPNATBHOTO JaB/IeHNs, 6Ie[HOCTI
BCJIE[ICTBUE CIa3Ma mepudepudecKkrx COCYLOB, a mna-
PacUMIIaTUYECKOIL — K PBOTE, OpafuKapauu, CHIDKe-
HII0 apTepPUaIbHOTO [JaB/IeHNs, [uapee, IOINy P
CrasMbl I71afiKOIl MYCKY/IaTypbl BHYTPEHHUX Opra-
HOB M COCYOB MOT'YT CHMY/IMPOBATh CEPHEIHO-CO-
cypuctble 3abomeBaHMs (IPUCTYIBI CTEHOKAPAUMU,
9HJIapTepUNUTA, MUTPEHN U T.J.), 3a00mIeBaHUs Op-
raHOB JIbIXaHuUs (Halpumep, OpOHXUAIbHAS aCTMA),
XKeTyZOYHO-KIIIIEYHOTO TPAKTA (XOMELNCTUT, TaHK-
peaTuT, almeHaULUT, A3Ba XKeNYIKa), MOYENOIOBOIT
cucrems! (nuctut, Hedput u np.) [57].

[Jist KynmMpoBaHWS OCTDPOIl TI'MIIOKaIbLMEMUN
PEKOMEH/[yeTCsT YCTAaHOBKA LIEHTPAIbHOTO BEHO3HO-
ro Karerepa, 3TO IIO3BOMUT IIPEJOTBPATUTH CKJIe-
posupoBaHye mepudepudecKux BeH BCIIECTBUE
nHdys3nn Kanbiys. [IpeanodTnTeIbHO NCIIONb30BA-
HI€ [IIOKOHATA KaJIbLMs, TAK KaK XJIOPUL, KalbLyis

oKasplBaeT 0oJsiee BBIPa>KEHHOE pasfparkaroliee
JeNICTBME Ha OKpy’)Karomue TKaHu. [Ing Kynmuposa-
HUA OCTPOJl I'MIIOKa/IbLIEMUN VCIONb3YeTCs BBe-
[leHMe TTIIOKOHATa Ka/lbIys m160 GOTI0CHO BHYTPU-
BeHHO 20-40 M1, nmu6o B Buae nHpy3uit 60-100 M
B 100-150 M1 0,9% pactopa NaCl (unu 5% BogHOTO
pacTBOpa [IeKCTPO3bl) C OJHOBPEMEHHBIM Ha3Haue-
HJIeM IIpenapaToB KanbLiMs ¥ aKTUBHBIX MeTabON-
TOB/anHanoros BuramuHa D. Ilpu nHeobxopmmocTn
IPOJO/KeHNsT MH(Y3MOHHON Tepanuy BBefeHNe
IJIIOKOHATa KalbLys MOXXeT OBITh IPOFO/IKEHO II0
cxeMe: 15 MI/KT 37IleMEHTapHOTO KanbLus (B CpesHeM
10 r rorokoHaTa KanpnyA) B 1000 M1 0,9% pactBopa
NaCl (unu 5% pacTBOpa HeKCTPO3bI) CO CKOPOCTHIO
1-3 mr/kr/yac (B cpegHeM B TeueHue 8-10 yacos).
Lenp Tepanum - HOpManusanus IOKasarenei 06-
1IIeTO U MIOHM3MPOBAHHOTO KaJIbIMsI Ha HUYKHell Tpa-
Hule pedepeHCHBIX 3HAUEHNIT MM HECKOTIBKO HIKE
B OTCYTCTBUE KJIMHNYECKUX CHUMIITOMOB T'MIIOKa/Ib-
uemuu [56]. [I1s KoppeKiuy Tepanuy HeoOXORUM
JaCTBIl KOHTPOJIb YPOBHS Kanbliust KpoBU (KaXK/ble
6-12 yacoB B Havajie JIeYeHNs, IIOC/Ie CTAOMIM3aI[ I
COCTOSIHNMA MaLlMeHTa — KaXKable 24 qaca).

BHYTpuBeHHOe BBefleHNe KaIbLus TpedyeT 0CTO-
POXXHOCTM Y OONIBHBIX C TMIIOKaNyMeMMelt U y manmu-
€HTOB, IIPMHMMAIOIINX JUTOKCUH, B CBS3YU C HOBbI-
IIIEHHBIM PUCKOM apuUTMUiL [2].

XpOHI/MECKaH rmnokanbymemma

JledeHne HMpPOBOAUTCA BCeM MallEHTaM C XPOHU-
YeCKMM TUIIONApPaTUPEO3OM C CUMITOMaMU TUIO-
KaJbIIMeMUM C YPOBHEM alIbOyMMHCKOPPEKTUPO-
BAaHHOTO OOIero KajbLysl MeHee 2 MMOJIB/T WK
MOHM3VPOBAHHOTO Ka/lbLUA CBIBOPOTKYM KPOBU Me-
Hee 1 MMO/IB/1I. B crydae 6ecCMMITOMHOTO TeYeHMUsI
XPOHMYECKOT0 IUIIONIApaTIpeo3a C ypoBHeM 001ero
Ka/IbIIM A MEX/Y 2 MMOJIb/JI ¥ HU>KHEN T'paHuLell pe-
(epeHcHOro AMamasoHa MpefaaraeTcsi mpoOHas Te-
pamus ¢ IOoCHeRyIollell OlleHKO 00Iero caMo4yB-
ctBus [55].

OcHoBHaA Liefb Tepanuu XPOHUYECKOI TUIIO-
KaJIbI[MeMUN — YCTPAHEHNUe KIMHUYECKOI CHMMIITO-
MaTMKM U TIOAfepXKaHMe KOHIeHTpaluu ob1iero
Ka/lblusA B CBIBOPOTKe B Ipefenax 2,1-2,4 MMOMIb/N
opyu  Kajapuuypum He Oonmee 10  MMOMB/CYT.
JnuTenbHOe MOAjep>kaHMe Kalblius Ha BepxHell
rpaHulle pedepeHCHOro fuala3soHa MOXXeT IpUBO-
OUTDb K BbIpa)keHHOI TUIepKalbLypUM BCIeCTBIE
orcyrcTBus addexra IITT Ha moyeyHble KaHa/IBIBL
B pesynbraTe BO3HMKaeT PUCK PasBUTHS HeppoOIu-
THasa, HepPOKAIbIMHO3A Y XPOHNYECKOI IIOYEUHOIA
HegocTaToyHoCTH [49, 58].

CraHpapTHas  TepamuMsl XPOHMYECKON  TU-
IOKa/IbLMeMUy BK/IIOYaeT B cebs IlepopanbHOe

Mokpeiwesa H.I., Epemkura A.K., Kosanesa E.B. Tynonapatnpeos: 3SToNOruA, KNMHUYECKan KapTrHa, COBPEeMEHHbIe METOAbI ANAarHOCTUKM 1 NeveHrA 485



w

@ AnbMaHax KNMHUYeCKON MeanLmHbl. 2016 Anpenb-mai; 44 (4): 477-492

UCIIONMb30BaHMe COJIell KalbliMA U MpenapaTos/aHa-
noros ButamuHa D. Kak mpasuso, npuMeHseTcs Kap-
6oHaT (40% 57€MEHTApPHOrO KajabLMs) WM LUTPAT
kanpuus (21% 9/IEMEHTAapHOT O KaJbLIA) B CcpenmHecy-
TOYHBIX 032X 1-3T. K Hanbomnee 4acTo MCIONb3yeMbIM
AKTUBHBIM MeTabonuTaM BUTaMuHa D OTHOCAT ajib-
¢dakanpLMAON B CYTOYHOI Ho3e 0,5-3 MKT (BO3MOX-
HO IIOBBIIIEHE [O3bI O 6 MKI/CYT) ¥ KaJbLIUTPUOI
0,25-2 Mxr/cyt B 1 wnu 2 npuema [50, 51]. Y nanuen-
TOB C XPOHMYECKIIM TUITONIAPaTHPE030M HEOOXOAUMO
NOAJEP>KMBATh HOPMAa/IbHBII YPOBEHb 25-TUPOK-
cuButamuba D - 30-50 ur/mn (75-125 HMOnb/m).
CyrouyHas po3a KojleKanbludepona COCTaBAeT
1000-2000 ME, mo mokasaHusM Ha3HA4alOT HaChI-
1alolye [03bl npenapata. IIpy BbIABIeHNN CTOMKOM
runepdocdaremnun Tpebyercs BBefjeHMe IUIodoc-
daTHOIT AVeTdl, Ipu HEOOXOUMOCTY — B COYETAHUU
¢ docaTbuHEpaMu U KOppeKIMeil 03 Ipenapara
Kanbuusa u Butamusa D [51, 55].

TuasupHble AUYPETUKN UCIIONb3YIOTCA [/ YCU-
7eHus: peabcopbumy Kamblus B GUCTANbHBIX IIO-
YeYHBIX KaHa/IbIlaX M YMEHbBIIEHMS KaJbIUypUN.
IIpucoennuenne THA3sUAHBIX AUYPETUKOB B psfe
C/Iy4aeB HO3BOJIAET JOOUTBCA CHYDKEHUA [O3BI Ipe-
[IapaToB KajbLysA M aKTUBHOTO MeTaboIUTa BUTA-
munua D [51, 55].

[TanueHTbl ¢ XPOHMYECKMM TUIIONAPATUPEO3OM
HY>KJAI0TCs B TIOCTOSTHHOM IMHAaMU4eCKOM KOHTPO-
7€ B CBA3U C PUCKOM BO3HMKHOBEHMS OCTIO>KHEHUI,
B TOM YJCJI€ IOYETHOI TATOOTMY U KaTbIMPUKALN
MATKUX TKaHeil. Pe3ynbTaTsl KpyIIHOTO MCCTIe0BaHNA
120 manueHTOB ¢ XPOHMYECKMM IMIIONAPATUPEO3OM
TIOATBEPXKAAIOT BBICOKMII PUCK Pa3BUTHSA HMATONOTHN
moyek Ha (oHe [IUTE/IbHOI Tepanuy aKTUBHBIMU Me-
Tabonmuramy BuTaMmHa D ¥ mpemaparaMu KasbLus,
cpenHMIt CpoK HabmiomeHusi coctaBua 74+5,1 ropa.
Y 38% 60nbHBIX TUIIepKATbINypys 607mee 8 MMOJB/CYT
(300 mr/cyT) OTMeYanach Kak MUHMMYM B OHOM M3Me-
pervn. B 31% nabrogennii (y 17 manyeHToB 13 54) mo
TAHHBIM yIBTPa3BYKOBOTO UCCIEOBAHNA U/UIN KOM-
IIBIOTEPHOJ TOMOTrpaduy MOYEeK OTMEYEHbI IIPU3HAKA
HedpokanpLuMHO3a Uy Hepponutuasa. B 52% cny-
qaeB (y 16 manyenToB u3 31) Ipy KOMIIBIOTEPHOIL TO-
Morpadui rOI0BHOTO MO3Tra JMarHOCTUPOBaHa Kajlb-
udukanusa 6a3anbHbIX TaHIINEB. TpeTy MalMeHToB
(42 yenoBeka, 33%) Kak MMHUMYM OZHOKPAaTHO 9KC-
TPEHHO MOTpebOBaCs BU3UT K Bpady MM TOCIUTA-
U3 B CIIENMAIN3MPOBAHHBIN CTAIlVIOHAP B CBA3N
C OCTIOKHEHUIMU TUIonaparupeosa. [Ipuunnst obpa-
IIeHNA BK/IIOYaIM B ceOd CUMIITOMAaTHYeCKYI0 IUIIO-
KanbyeMnio (62%), CUMITOMATHYeCKYI0 TUIIePKab-
nuemuio (12%) n gpyrue (26%), B TOM 4MCIe IIPUCTYIIbI
IIOYeYHO! KOMUKY U TIOYEYHBIX KaMHEN U OC/IOXHe-
HusA remopuanusa [50].
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YpoBHM CBIBOPOTOYHOTO Kasblus, ¢ocdopa
U KpeaTMHMHA CTIefyeT ONpefie/IATh eXXeMeCIIHO Ipu
IepBOHAYa/IbHBIX KOPPEKTUPOBKAX [103, C KOHTPOJIb-
HOJI OLIEHKOM 2 pasa B T'0J, IIOC/IE€ TOTO, KaK PeXUM
Oynmet cTabunusupoBaH. Kanpuuii B Mode 1 ypoBeHb
KpeaTVHUHa TpeOyeTcst OIpefeniTb 2 pasa B TOf
I 0OHAapyXXeHUA MTIOObIX IOYEYHBIX TOKCUMYECKIX
3¢dexTOB  rUIEpKambLUUYpUN. PeKOMEHAYIOTCA
eXerofiHble 00C/IeoBaHNA C IIOMOIIBIO IIeIeBO
JIAMITBL, @ TaK)XXe 0(TaTbMOCKOIIMYIECKOe MCCTIe0Ba-
HIe y BCeX MAI[MeHTOB /I VICK/IIOUeHNA KaTapaKThl
[51, 55]. CornmacHO peKOMEHZALMSIM eBPOIENCKO
paboueit TPYIIIBI IO BeJEHNUIO MALVIEHTOB C XPOHU-
YeCKUM TUIIONapaTUpeo3oM, NMpOBeleHNe KOMIIbIO-
TepPHOIT TOMOrpaduy MoUYeK IMOKA3aHO IPU HATUINN
y HanyeHTa CUMIITOMOB MOYeKaMEHHOI 60e3sHu
UMM B CIy4yae poCTa ypOBH:A KpeaTMHMHA. Bumy
noBblieHNsa nokasareneit MIIK npu xpoHndeckoM
TUIIOIIApaTUPEO3e He PEKOMEHZAYETCsA PperynsgpHoe
BBITIO/IHEHNE [IBYX9HEPreTUYeCcKOll peHTTEeHOBCKOM
abcopobumomerpun. OTCYTCTBYIOT YeTKUe PeKOMEH-
TAIVY O TOKA3aHMAX K BBITIO/THEHIIO KOMITBIOTEPHOM
ToMorpaduy TOTOBHOTO MO3Ta, TeM He MeHee JaHHOe
UCCTIefloBaHNe TOKHO IPOBOAUTDCS IPY Pa3BUTHN
crerQuIecKoit HeBPOIOTMIECKON CHMIITOMATHKY
(ronoBHast 6071, yTOM/ISIEMOCTD, AU3APTPUSL, AETPa-
Jauys JBUraTebHBIX QYHKINI, feMeHLINA, CYI0po-
M, MBbIIIIEYHA ] CIIACTUYHOCTD), @ TAK>)Ke Y MAI[IeHTOB
¢ nepcucTupylomeit runepdocdaremueii [50, 51, 55].

I'imomaparupeos — ofHa U3 HEMHOTUX SHIOKPU-
HOTIATWIL, JI KOTOPBIX 3aMeCTUTeNIbHas Tepamusd
PEeKOMOVHAHTHBIM MMAapAaTTOPMOHOM IOKa He Hallia
IIMPOKOTO NIpMMeHeHN . B HacTos1ee BpeMs CUHTe-
3MPOBAHBI pas/IMYHble IIpernapaTbl peKOMOMHAHTHO-
ro ITTT, ogHako BOIPOC MATOT€HETUYECKON Tepanun
U MIMPOKOTO VCIIONb30BaHMUA cuHTeTndeckoro IITT
Yy HAaIMIEHTOB C T'MIIONApaTMPEO30M OCTAeTCsA CIOp-
HbIM. EBpomeiickas pabouas rpynma 1o BefeHUIO
MAI[MEHTOB C XPOHMYECKVUM TUIIONApaTHpeo3oM He
peKOMeHJyeT Ha3HaueHMe PEKOMOMHAHTHOIO IIa-
paTTopMoOHa B PYTMHHO} IIPaKTMKe, OJHAKO He JC-
KJIIOYaeTCs ero HasHaueHMe II0 VH/VBUAYa/lIbHBIM
HOKAasaHMsAM B CIydae TsDKeNbIX, pedpakTepHbIX
K TpafiMIIMOHHON Tepanuu ¢opM 3aboneBaHus [55].
Heob6xogumo ormeTtuts, uto B CIIA pekombuHaHT-
HBIIT YesioBedeckuii maparropmoH (1-84) omobpeH kak
TOIOTHEeHYe K Tepaluy IpenapaTaMy Kaablus U BU-
TaMuHa D #7149 KOHTPO/IS I'MIIOKaTbIMEMNUN Y M-
€HTOB C I'MITONAPATPe03oM ¢ ssHBaps 2015 1. [59].

BriepBble maToreHeTMYecKasi TepanysA C UCIONb-
30BaHMEM CHMHTeTU4Yeckoro dyenosedeckoro [ITT
1-34 (npenapat ITTT (1-34)) npu XpOHUYECKOM T'H-
nomnaparupeose Obl/la M3y4eHa B IIMIOTHOM Iiepe-
KPeCcTHOM UCCefjoBaHUM C ydacTueM 10 B3pOcCibIX

JNekuwma, ob3op
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nanueHToB. COITTaCHO MOTY4YeHHBIM pe3y/nbTaTaM
(cpox Habmiomenus cocraBun 10 Hemenp), IpuU IOfA-
koxHoM BBepeHuu IITT (1-34) ypmaercs mocTuyb
CTOVIKOJ HOPMOKA/IbLMEMMM ¥ HOPMOKAIbIMY-
puM Ipu HasHaAUYeHMM Ipemapara 1 pas B CYTKU.
Ha ¢one tepanmuu KanpbIUTPUOIOM MO CPaBHEHUIO
¢ ITTT (1-34) croiikas HOPMOKaNIbI[MEMUsI COYETA-
7ach C yBeNMYeHMeM 3KCKPelMM Kaablys ¢ MOYOI,
HpeJCTaBIAIIINM 060l (aKkTOp prcKa pasBUTHS
HedpokanpuymHoza u Hedponutmasa [60]. B mo-
CrIefyoleM PpaHAOMU3MPOBAHHOM MCCIESOBAHUM
MpPOAEMOHCTPUPOBAHO NMPEUMYIIECTBO ABYKPaTHBIX
nabekuuit IITT (1-34) (mo 25+ 15 MKr) B Tepanuu
TUIIONapaTypeo3a 0 CPAaBHEHUIO C PeXXUMOM [031-
poBaHuA 1 pa3 B cyTku (58 +28 MKr), 4TO IIPOABIA-
710Cbh 607Iee OBICTPBIM JOCTIKEHVIEM HOPMOKaIbIye-
MMM TP UCIIONIb30BAHMM MEHbBUIEN CYyTOYHOM JJO3BI
npemnapara [61].

B TpexjeTHeM CpaBHUTETbHOM PAaHAOMU3UPO-
BaHHOM MCC/IelOBaHNM 27 TaIMeHTOB C TUIIONapa-
TUPEO30M B Bo3pacTe oT 18 o 70 jeT mpoBoAMIach
orenka adpdexruHocty tepamuu IITT (1-34) B pe-
JKMMe IBYKPATHbBIX MHDBEKIMIT 1 KOMOMHUPOBAHHOTO
JIedeHN A KaJAbIUTPUOJIOM U IperapaTaMy KaabIus.
B o6eux rpynmax cbIBOPOTOYHBII YPOBEHDb KalbL/sl
COXpaHsIICsl B mpefiennax pedepeHCHBIX 3HAYEHMI
VIV HECKONIbKO HyKe HOpMbl (1,9-2,2 MMOb/m).
OpHako BBIAIBJIEHA CTATUCTUYCCKM JOCTOBEPHA pa3-
HIUIIA B CPeJHUX [TOKa3aTeAX KalbLypus, KOTopas
Obl1a BbIlIe B TpyIIe Kampuutprona. Hecmorps Ha
t0 yTO Tepanus [ITT (1-34) cmocobcTBOBANA 3HAYN-
TEJIBHOMY YBEeIMYEHNI0 OMOXMMMIYECKUX MapKepoB
KOCTHOTO OOMeHa (II0 CpPaBHEHMIO C OTCYTCTBMEM
CYILeCTBEHHBIX M3MEHEHUIl Mpu JeYeHUM KasblM-
TpuosnoM), pasnuuuit B MIIK Mexpy rpynnamu He
Habmiomanoch. KnmpeHc KpeaTMHMHA CYIeCTBEHHO
He pas3Nnyajcsa M B XOfie MCCIEeHOBAHMA OCTaBa/ICA
CTaOM/IBHBIM B 00enx rpymmnax [62].

M.R. Rubin u coasT. onenmmm spPpekTNBHOCTD
ucnonb3oBanus uHTakTHOro IITT (1-84) y manu-
€HTOB C XPOHMYECKUM TUIIOMapaTupeo3oM. Bcero
B VICCTIEZIOBaHMe, TIPOJOKUTENIBHOCTD KOTOPOTO CO-
cTaBM/Ia 24 MecAla, BKI0YeHbl 30 MallMeHTOB C ay-
TOMMMYHHBIM U IIOC/IeONePaI[MIOHHBIM IMIIONApaTH-
peosom. IITT (1-84) BBoAMIICS TOTKOXKHO Yepe3 [ieHb
B mose 100 mkr/cyT. [Jo MOMeHTa BK/ITIOYEHUS B JC-
cllefloBaHMe Y BceX MallIeHTOB OTMevaaach CTOMKas
HOpMOKasnblueMus Ha (OoHe Tepanny NnpernapaTamu
ButammuHa D u kampiusa, nokasatrenu MIIK 6biimn
HOPMAJIBHBIMI MJIM HECKOJIBKO BBINIE BO3PACTHBIX
HopM. CorlacHO pe3y/nbTaTaM MCCIAeOBaHMUA, 3HaA-
YMTEIBHO YMEHBUIMIACh MOTPEOHOCTb B IIpemapa-
Tax Kampuusa (¢ 3,03+2,325 o 1,661 +1,267 mr/cyT;
p<0,05), Tak Xe KakK ¥ B Ipenapare KaJabLUTPHOIa

(c 0,68+0,5 o 0,4+0,5 Mxr/cyT; p <0,05). [Tpu sTom
YPOBHM CBIBOPOTOYHOTO Ka/lbLUs M KaJAbLUYPUSL
oCTaBamuch B pedepeHCHOM [yama3oHe Ha IpoO-
TAXKeHUM Bcero mccnemopanus. Ilpm omenke MIIK
BBISIB/IEH IIPUPOCT B TIOSICHUIHOM OT/je/ie TI03BOHOY-
HMKa Ha 2,9+4% OT MCXOZHOTO ypOBHA (p<0,05),
TOrjja KaK B IPOKCMMAaAbHOM OT/ene OeqpeHHOI
KOCTH TIOKa3aTenn OCTanuCh 6e3 n3MeHenuit. B guc-
TaZIbHOI TPETHU JTy4eBO} KOCTH, HA060POT, OTMede-
HO cHivkeHne MIIK Ha 2,4+4% (p<0,05). JauHbIe
nsmeHeHnst MIIK cBujeTenbCTBYIOT O BO3MOXHO-
CTM TOPMOHOIOCPELOBAHHOIO YBeIMYeHMSA IIIOT-
HOCTY B TpabeKy/IApHON KOCTHOM TKaHM U Bepo-
ATHOW 3HAOCTanbHON pe3opbuuu [63]. ITogobHbIE
3¢ eKThl HAOTIOFAIOTCS IPY JIEIEHUN OCTEOIIOPO3a
npemaparamu IITT (1-34) [64]. Hekotopoe cHuxe-
Hue nokasateneii MIIK He oTpakaeT yMeHbllIeHNe
00111€ell TPOYHOCTY KOCTHOI TKaHM, HO TOBOPUT 00
M3MeHeHUM ee ob6beMa ¥ MUKPOAPXUTEKTOHUKIL
3D-MUKpPOKOMIIBIOTEpPHA I TOMOTpadus KocTeil y ma-
[[MEHTOB C TUIONAPATUPE030M AEMOHCTPUPYET yBe-
nudenne obbema ry6uaTolt KOCTHOM TKaHM, A TAKXKe
HIPUPOCT KOMMYECTBA U TOMIMHBI Tpabekyn [54].
OpHako BIMsIHME 9TUX M3MEHEHMI Ha NMPOYHOCTH
KOCTY OCTAeTCsI HeM3BECTHBIM.

B 2013 r. npoBefieHO ABOIHOE C/IENIOE IUTIaneOOKOH-
TPONMpPyeMOe paH[JOMMSMPOBAaHHOE JCCTeOBaHNe
I ¢assr (REPLACE) npopo/KuTeTbHOCTbI0 Goree
18 mecanes [59]. B cOBOKYIMHOCTM B HETO BK/IIOYEHBI
134 manuentTa B Bo3pacre oT 18 no 85 et us 33 menu-
LUHCKUX yupexxieHnit. [losa ImpemapaTa cocTapisiia
ot 50 go 100 MKr B cyTKu. PesynbraTsl mokasamm: te-
pamus ITTT (1-84) mo3BosisieT JOCTUYD CTOMKOI HOP-
MOKA/IbIIVIEMUM, a TaKXXe CHIDKEHNS IOTPeGHOCTU
B aKTMBHBIX MeTabo/muTax BuTamMmnHa D u npenaparax
Kanpius. Y 54,8% malnueHTOB, MONYYaBIIMX CTaH-
[apTHYIO Tepamuio (Ka/bluif, aKTUBHBI MeTabOIUT
ButamuHa D) B couetanuu ¢ ITTT (1-84), fo3el mpemna-
paToB KanbLus 1 BUTAaMMHA D 6BUIM COKpalleHbl Ha
50% u 6ornee, IpK 3TOM YPOBEHb aIbOYMUHCKOPPEK-
TUPOBAHHOTO O0IIIET0 Ka/IbIMsI COXPAHSJ/ICS B AMala-
30He oT 1,9 mo 2,6 mMmonb/n. KonmndecTBo nmammeHToB,
KOTOPbIE VM€Y II0 KPaliHell Mepe OHO HeXKeylaTelb-
HOe sIBJIeHMe, OBIZIO CONOCTaBUMO: 84 (93%) marjueH-
ta B rpymme nedenns IITT (1-84) mporus 44 (100%)
B Tpymmne mrane6o. K Hambonmee dacThIM Hexenma-
TETbHBIM SIB/IEHVSM OTHOCWINCH TUITOKAIbLIMEMUS,
MBIIIEYHbIe CIa3Mbl, HAPeCTe3ny, TOJOBHAs 6OIb,
TOIIHOTA. {07151 MAIVIEeHTOB C Cepbe3HBIMU TOOOYHBI-
M ¢ ekTaMu TakKe OGbITa COMOCTaBMMA B 06enx
rpynnax: 10 (11%) nanuenTos Ha Tepanyu I[TTT (1-84)
n 4 (9%) B rpymmne mare6o [59].

TakuM 06pa3oM, pe3yabTaThl IPOBEAEHHBIX JC-
C/Ie[[OBAaHNII CBUJETEIbCTBYIOT O IEepPCIeKTUBAX

Mokpeiwesa H.I., Epemkura A.K., Kosanesa E.B. Tynonapatnpeos: 3SToNOruA, KNMHUYECKan KapTrHa, COBPEeMEHHbIe METOAbI ANAarHOCTUKM 1 NeveHrA 487
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UCIONIb30BAHNMsL  IIPENapaTtoB  PeKOMOMHAHTHOTO
Y€/I0BEYECKOTrO IApPATTOPMOHA B JIEYEHMN IMAIVeH-
TOB C XPOHMYECKUM TUIIONAPATIPEO30M, OCOOEHHO
B CIy4ae TsDKeIbX (opM 3ab0meBaHUs U HAMMUMUS
COYeTaHHO IATONIOI NN T04eYHOI cucTeMbl. OfHAKO
TPeOYIOTCST [OMONHUTENbHbIE WCCIEHOBAHUA Ha
60nmpIINX BBIOOpKAX U ¢ OoJee IPOJOIKUTETBHBIM
HepuofoM HabmofeHNs. VIHTepeCHBIMM IIpeNCTaB-
JISIIOTCS pabOTBI, OCBSIIEHHBIE OLJeHKe BO3/ENCTBIS
pexom6uuanTHoro ITTT Ha mpo4yHocTh M MeTabo-
NM3M KOCTHOJ TKaHU Y JAHHOI IPYIIIIBI GO/IBHBIX.

3aKnoueHue

B 0CHOBe yCIEIHOIT Tepanuy TUIonapaTupeosa je-
JKUT TNIOHMMaHME IIPpUYNH Pa3BUTUA 336OHeBaHI/IH.
ITepBoHayanbHOE 0OCIENOBAHME MALMEHTA C TUIO-
Ka/bIIMEMUEN TOMKHO 0653aTeNbHO BKIIHOYATH MOJ-
pobHbIT cbop aHaMHe3a. JTO IO3BOUT BOBpEMS
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Hypoparathyroidism: etiology, clinical
manifestation, current diagnostics

and treatment

Mokrysheva N.G." - Eremkina AK."' « Kovaleva EV.!

Parathyroid hormone (PTH) is the main regulator
of calcium and phosphorus metabolism. PTH de-
ficiency or tissue resistance to its effects results in
hypoparathyroidism characterized by low serum
calcium and elevated serum phosphate levels. The
most common is post-operative hypoparathyroid-
ism caused by aninadvertent damage or removal of
the parathyroid glands, deterioration of blood sup-
ply to the neck region, most often during thyroid
surgery. The second common form of the disease
is the autoimmune one related with immune de-
struction of parathyroid cells. Less frequent causes
of hypoparathyroidism include a variety of genetic
syndromes, mitochondrial genome defects, and
hypomagnesemia. The main signs and symptoms
of hypoparathyroidism are related to hypocal-
caemia and hyperphosphatemia land result in
increased neuromuscular irritability and general
autonomic reactivity, with finger and toe tingling,
muscle cramps, tonic seizures, laryngo- and bron-
chospasm, and neurosis. These symptoms are
closely associated with serum calcium levels; their
severity depends on the degree of hypocalcaemia.
Laboratory parameters confirming the diagnosis
of hypoparathyroidism are hypocalcaemia, hyper-
phosphatemia, and reduced serum PTH. Treatment

492

of hypoparathyroidism involves management of
hypocalcaemic crisis and maintenance therapy.
Acute hypocalcaemia, a potentially life-threat-
ening condition, is treated as an emergency with
intravenous calcium combined with oral calcium
and active vitamin D. Standard chronic treatment
for hypoparathyroidism is based on oral calcium
and active metabolites of vitamin D / vitamin D
analogs and is aimed at the balance between op-
timal low-normal serum calcium concentrations
and normocalciuria. Worsening hypercalciuria is
often underestimated by specialists, although it
can cause severe renal problems, such as nephro-
calcinosis and neprolithiasis. Hypoparathyroidism
is one of the few endocrine deficiencies for which
replacement treatment with recombinant PTH is
not widely used. Replacement therapy with recom-
binant human PTH is a promising area, especially
in severe clinical cases, refractory to conventional
treatment.
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